Subcutaneous Panniculitis-Like T-Cell Lymphoma (SPTL) in a Child with Spontaneous Resolution by Bittencourt, Achiléa L. et al.
Hindawi Publishing Corporation
Case Reports in Oncological Medicine




a Childwith Spontaneous Resolution
Achil´ ea L. Bittencourt,1 MariadasGrac ¸asSilvaVieira,1 EnyGuimar˜ aesCarvalho,2
CelesteCunha,2 andIguaracyraAraujo1
1Department of Pathology, Complexo Hospitalar Universit´ ario Prof. Edgard Santos, Federal University of Bahia, Salvador, BA, Brazil
2Oncology Department, Pediatric Hospital Martag˜ ao Gesteira, Liga Baiana Contra a Mortalidade Infantil, Salvador, BA, Brazil
Correspondence should be addressed to Achil´ ea L. Bittencourt, achilea@uol.com.br
Received 28 July 2011; Accepted 12 September 2011
Academic Editors: T. Arkenau, M. W. Bekkenk, and M. Mosunjac
Copyright © 2011 Achil´ ea L. Bittencourt et al. This is an open access article distributed under the Creative Commons Attribution
License, which permits unrestricted use, distribution, and reproduction in any medium, provided the original work is properly
cited.
Subcutaneouspanniculitis-likeT-celllymphomas(SPTLs)α/β arerareinchildhood.Thepresentreportreferstoacaseofa7-year-
old male child presenting an extensive skin lesion that began when he was 5 years of age. Two biopsies were evaluated using the
CD3, CD4, CD8, CD56, βF1, and TIA markers. A dense inﬁltrate of CD3+, CD4−,C D 8 + ,C D 5 6 −, βF1+, and TIA+ pleomorphic
lymphocytes was found in the subcutis. The previous biopsy showed cytophagic histiocytic panniculitis with a small focus on
CD8+ and βF1+ malignant cells. The lesion regressed spontaneously. This case shows that prognosis may be excellent in SPTL




described in 1992 [1]a san e wt y p eo fc u t a n e o u sT -
cell lymphoma mimicking panniculitis. SPTL was subse-
quentlyincludedintheWorldHealthOrganization(WHO)’s
classiﬁcation of hematopoietic and lymphoid tissues as a
tumor of either α/β or γ/δ cytotoxic T-cell phenotype [2].
However, in the latest WHO/European Organization for
Research and Treatment of Cancer (EORTC) classiﬁcation
of primary cutaneous lymphomas, only SPTLs expressing an
α/β phenotype were referred to as SPTL, whereas cases with
a γ/δ phenotype were included in the group of peripheral
T-cell lymphomas, unspeciﬁed, referred to as cutaneous γ/δ
T-cell lymphomas (Cγ/δ-TCLs) [3].
Recently, the EORTC Cutaneous Lymphoma Study
Group has evaluated 63 cases of SPTL and 20 cases of Cγ/δ-
TCLs and showed clear diﬀerences between the α/β and γ/δ
phenotypes. While the 5-year overall survival rate in cases of
SPTL (α/β) is generally around 82%, with Cγ/δ-TCL, the 5-
year overall survival rate is 11% [4].
The objective of this paper was to describe an unusual
case of SPTL (α/β) occurring in a child in whom involution
was spontaneous.
2.CaseSummary
A 7-year-old male Brazilian child presented an extensive skin
lesion that began when he was 5 years of age associated with
constant fever varying from 38 to 39◦C. The patient was
HTLV-1 negative and HIV negative. Dermatological exam-
ination revealed diﬀuse erythema and inﬁltration of the skin
involving the infraumbilical area and right inguinal region
extending to the anterior and internal surfaces of the upper
two-thirds of his right thigh (Figure 1). Routine laboratory
tests revealed only mild anemia. The patient underwent
one biopsy of the lesion which resulted in diagnoses of
chronic panniculitis. Four months later, another biopsy
was performed, and a diagnosis of SPTL (α/β)w a sm a d e .
The previous biopsy was reviewed. Anatomopathological and
immunohistochemicalstudies.Adenseanddiﬀuseinﬁltrateof
small and medium-sized lymphocytes with nuclear contour2 Case Reports in Oncological Medicine
Figure 1: Extensive erythematous inﬁltrated plaque involving the
abdomen and the right tight.
irregularity was found conﬁned to the subcutaneous tissue.
Rimming of the neoplastic cells surrounding individual fat
cells was frequently found (Figure 2(a)). Many admixed
histiocytes, small granulomas, and few foci with kary-
orrhectic debris were seen. Alcian blue staining revealed
no mucin deposition. The neoplastic cells were CD2+,
CD3+, CD4−, CD7+, CD8+ (Figure 2(b)), CD20−, CD30−,
UCHL-1+, CD56−, CD79−, βF1+ (Figure 2(c)), and TIA+.
Many CD68+ cells were seen amidst the neoplastic cells.
The proliferative index (Ki-67) was 40% (Figure 2(d)).
Diagnosis was SPTL (α/β). Review of the previous biopsy
then revealed vacuolated histiocytes and epithelioid cells,
with few lymphocytes in the fat lobules. Only a small,
peripheral focus of interstitial inﬁltration of malignant
lymphocytes CD3+, CD8+, and βF1+ was found. Taking
the diagnosis of the latest biopsy into account, this was
then considered to constitute a case of SPTL (α/β) admixed
with a cytophagic histiocytic panniculitis. Evolution. In the
seven months that it took to reach a conclusive diagnosis,
during which no treatment was given, the patient underwent
a progressive and accentuated reduction in inﬁltration. After
the deﬁnitive diagnosis, he was submitted to the following
staging investigations, all of which were normal, complete
blood cell count, blood chemistry panel, chest radiography,
computedtomographyscanofthechestandupperandlower
abdomen, and bone scintigraphy. There was no evidence of
T-cell inﬁltrate or hemophagocytosis in the bone marrow
smear or biopsy specimen. It was decided not to treat
the patient. Examination of the patient four months later,
showedonlypigmentationoftheskinatthesiteofthelesion.
At the latest follow-up visit 20 months later, the patient
continued in full remission.
3. Discussion
SPTL (α/β)a ﬀects a younger age group than Cγ/δ-TCL,
the median age of patients being 36 years of age. This is
ar a r et y p eo fl y m p h o m a ;h o w e v e r ,m a n yc a s e so fS P T L
(α/β) may be overlooked and may have been misdiagnosed
as panniculitis [4]. Weenig et al. [5] described an adult case








Figure 2: (a) Diﬀuse inﬁltration of small- and medium-sized
pleomorphic lymphocytes is seen between the fat cells with rim-
ming of the neoplastic cells around one individual fat cell (arrow)
(H&E stain; original magniﬁcation ×320). (b) CD8 positivity of the
neoplastic cells (original magniﬁcation ×400). (c) The majority of
the cells presents the αβ phenotype (βF1, original magniﬁcation
×640). (d) A high proliferative index of the malignant cells is
observed (Ki-67, original magniﬁcation ×125).
Inthecasereportedhere,afterreviewingthepreviousbiopsy,
a pattern of cytophagic histiocytic panniculitis was found,
with one small, peripheral area containing atypical CD8+,Case Reports in Oncological Medicine 3
CD56−,a n dβF1+ lymphocytes, conﬁrming that this biopsy
indeed corresponded to a case of SPTL (α/β).
It is impossible to be sure whether the observed panni-
culitis consists in fact of areas of involution of the tumor
or whether it is rather a case of SPTL that has developed
from cytophagic histiocytic panniculitis (CHP). According
to Marzano et al. [6], CHP may progress to SPTL. However,
considering that the lesion regressed progressively until
its disappearance, it is more likely that CHP represents
involution of the tumor.
In many studies reported in the literature that include
children and adolescents, no diﬀerentiation was made
between the α/β and γ/δ phenotypes [7–12]. On the
other hand, in the few studies that included children and
a d o l e s c e n t sa sw e l la sa d u l t sa n di nw h i c hd i ﬀerentiation
was made between these two phenotypes, the cases were not
studied individually; therefore, it was impossible to obtain
clinicopathological data on younger patients [13, 14]. There
a r ef e wc a s e so fS P T L( α/β) in children and adolescents
of 18 years of age or less in which a diﬀerential diagnosis
was performed with cutaneous γ/δ T-cell lymphomas by
immunohistochemistry or by molecular biology [15–20].
These patients ranged from 6 months to 18 years of age.
Clinically, the lesions appeared in the form of nodules
or plaques. Four patients had systemic disease, two with
hemophagocytic syndrome [15, 17]. In three cases, complete
regression of the disease occurred following treatment,
which consisted of chemotherapy in two cases [15, 16]
and oral steroids in the remaining case [20]. Nevertheless,
three deaths occurred, all in patients with systemic disease,
which was associated in one case with hemophagocytic
syndrome [15, 17]. In two cases, there was no reference
to clinical characteristics, treatment, or outcome [18, 19].
Further studies involving a greater number of cases would be
required to evaluate whether the disease behaves diﬀerently
in children and adolescents compared to adults.
ThepresentcasewasdiagnosedasSPTL(α/β)ratherthan
Cγ/δ-TCL because of the clinical, anatomopathological, and
immunohistochemical features present. The conﬁnement of
the inﬁltrate to the subcutaneous tissue, as observed in
the present case, constitutes a feature that is helpful in the
diagnosis of SPTL (α/β). Furthermore, unlike cases of Cγ/δ-
TCL, the malignant cells were CD4−, CD8+, CD56−,a n d
βF1+ [4].
It is believed that some cases, originally diagnosed as
lupus erythematosus profundus (LEP), may indeed have
consisted of cases of SPTL (α/β)[ 4, 5]. Important clues
to distinguish SPTL (α/β) from LED include epidermal
involvement, interphase dermatitis, mucin deposition, and
thepresenceofclustersofBcellsoradmixedplasmacellsand
reactive germinal centers [4, 21].
Considering that in the present case there was spon-
taneous involution of the disease, it is important to make
ad i ﬀerential diagnosis with atypical lymphocytic lobular
panniculitis (ALLP), a condition considered to represent
a preneoplastic phase of SPTL (α/β), characterized by a
subcutaneous lesion with a waxing and waning course. Some
distinguishing morphological features are present in ALLP
including the absence of a greater density of inﬁltration,
a much lesser degree of cytologic lymphoid atypia, a low
proliferative index, the presence of a signiﬁcant number
of CD4+ lymphocytes, and lack of βF1 expression [21].
In addition, interstitial mucin deposition is a characteristic
feature of ALLP, and the striking dominance of CD8+ cells
that typiﬁes cases of SPTL (α/β)i sa b s e n t[ 21]. According
to Magro et al. (2007) [21], there are insuﬃcient lymphoid
atypia in ALLP for a diagnosis of lymphoma. Unlike the
majority of SPTL (α/β) cases in the literature, complete
spontaneous resolution of the lesion occurred in the present
case with no further treatment. Spontaneous involution of
this disease has been previously observed in only two of the
63 cases recently reviewed in the literature [4].
4. Conclusion
The current case shows that prognosis may be excellent with
this form of lymphoma. On the other hand, it also serves
as an alert that a biopsy performed in an area of cytophagic
panniculitismayleadtomisdiagnosis,hence,theimportance
of continued followup with repeated biopsies when SPTL
(α/β)i ss u s p e c t e d .Ad i ﬀerential diagnosis between SPTL
(α/β)andCγ/δ-TCLmustbeperformedinallpediatriccases,
and all cases of SPTL (α/β) should be published in order to
provide pediatric oncologists with more complete and exact
data on the morbidity and therapeutic management of this
disease.
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